MYLOID heart disease gives rise to a wide spectrum of disorders ranging from cardiac amyloidosis, in which the heart is severely affected but other systems relatively spared, to so-called senile cardiac amyloidosis in which clinical features are usually absent but amyloid deposits are found at postmortem study.
In other cases, the heart is involved in a multisystemic disorder.1,2,3)
Chronic diarrhea together with restrictive cardiomyopathy are not infrequent in the primary amyloidosis and these can alert one to the diagnosis of amyloidosis. Both findings are very rare in the secondary type. 4, 5) We present a case with AA-amyloidosis presenting as chronic diarrhea and restrictive cardiomyopathy confirmed by biopsy.
CASE REPORT
A 75-year-old woman was admitted to our hospital with complaints of diarrhea and abdominal pain of 1.5 years duration. She was healthy until 1.5 years ago when she started to pass 25-30 watery stools per day. She described no blood, bad odor or any other abnormality in the feces. She had no appetite and An endomyocardial biopsy specimen from the apex of the right ventricle via the femoral vein approach was obtained without difficulty. The biopsy specimen showed perivascular eosinophilic deposition in the interstitium. The alkaline Congo red stain and crystal violet stain were positive for amyloid in these depositions ( Figure 2 ). Bleaching reaction was positive. Electron microscopy showed a fibrillar electron dense deposition in the walls or vessels and in the interstitium. Myocardial fibrils were normal (Figure 3) .
Abdominal fat aspiration and rectal biopsy confirmed the diagnosis of secondary systemic amyloidosis.
DISCUSSION
Cardiac involvement is well known to occur in several types of amyloidosis. It has been reported that at autopsy, senile cardiac amyloidosis is present in 30-69 percent of patients older than 60 years, and affects only the heart.6,7)
Cardiac amyloid deposition is known to be present in 80-90 percent of primary and myeloma associated amyloidosis and 60 percent of secondary amyloidosis cases. Familial amyloidosis with neuropathy or nephropathy is only occasionally associated with overt cardiac involvement and then usually only late in the course of the disease. Cardiac amyloid infiltration is said to be predominantly in the interstitium in senile cardiac amyloidosis whereas it involves the intramyocardial vessels in other types of the disease.3,6) Our patient with a 1.5 year history of chronic diarrhea was suspected at admission of having a gastrointestinal disease involving especially the ileum. Amyloidosis was not suspected because there was no positive history or predisposing illness. Abnormal clinical, ECG and echocardiographic findings strongly suggested cardiac amyloidosis. The question of primary amyloidosis was initially considered before we learned the results of the rectal and endomyocardial biopsies which revealed secondary systemic amyloidosis. Some cases of senile cardiac amyloidosis are asymyptomatic while some may present with severe heart failure or fatal arrhythmias, but the disease affects only the heart.6) In our case, upper and lower gastrointestinal endoscopic and radiologic evaluations and biochemical and microbiological examinations of stool were negative. Therefore we believe that the diarrhea in our case was due to gastrointestinal amyloidosis proven by biopsy. Renal function tests were normal except for proteinuria. Urinary mycobacterial and fungal cultures were also negative. No renal abnormalities were reported on ultrasonographic examination. Although we did not perform a renal biopsy, we suggest that the proteinuria in our case was another manifestation of amyloidosis rather than chronic inflammatory renal disease. The renal, gastrointestinal and cardiac involvement suggests that our case had AA-amyloidosis with an unknown predisposing illness. Because there was no disease predisposing for secondary systemic amyloidosis in our case, we were unsure of the type of amyloidosis. However, the correlation between the nature of involvement and the type of amyloidosis is still unclear.7,8) As a result, chronic diarrhea together with restrictive cardiomyopathy should alert one to the diagnosis of primary amyloidosis, but it should not be forgotten that both findings can be seen infrequently in secondary systemic amyloidosis.
